1. Introduction {#sec0005}
===============

Neurilemmoma also known as schwannoma is a benign tumour of nerve sheath origin arising from any nerve covered with a Schwann cell sheath, which include the cranial nerves (except for optic and olfactory), the spinal nerves and autonomic nervous system.[@bib0005] They were first described by Verocay in 1910 who called it "neurinoma" then. In 1935, the term "neurilemmoma" was coined by Stout. The soft tissue of the head and neck region is one of the most common sites for benign nerve sheath tumours as well as the flexor surfaces of the extremities.[@bib0010] Intraoral development is uncommon (only 1%). Most common site of occurrence is the tongue. In the current medical literature, there are 44 acceptable cases of intraosseous neurilemmomas of the jaw, 39 of the mandible and five in the maxilla, representing less than 1% of the primary tumours of the bones. Other sites reported include the sacrum, vertebra, clavicle, ribs, humerus, radius, ulna etc.[@bib0015]

2. Case report {#sec0010}
==============

2.1. Case 1 {#sec0015}
-----------

A nine year old girl presented with complaints of swelling involving the right upper jaw and right temporal region since six months with gradual increase in size. There was slight pain in the jaw swelling ([Fig. 1](#fig0005){ref-type="fig"}).•Clinical examination revealed a diffuse mass 10 cm × 7 cm in the right side of maxilla in two parts, one associated with cheek and the other below the orbit and a 5 cm × 3 cm mass in the right temporal region which was slightly tender. Both masses were fixed to the underlying bone. Swelling was bulging inside oral cavity over the right gingivobuccal sulcus. There was no associated abnormality of vision or chewing.•CT scan was done followed by needle biopsy which confirmed the presence of spindle cell tumour. Total maxillectomy + excision of mass in temporal region + reconstruction by right temporalis muscle flap + nylon darning of orbital floor was done. Post operative course was uneventful.•Histopathological examination and immunohistochemistry confirmed the diagnosis.

2.2. Case 2 {#sec0020}
-----------

A 27-year-old female with gradually increasing swelling in right upper jaw since one and a half year ([Fig. 2](#fig0010){ref-type="fig"}).•On examination a large swelling of size 12 cm × 8 cm was present over the right side of face involving the underlying maxilla with a bulge inside the oral cavity.•After investigating thoroughly and reaching to the diagnosis, total maxillectomy was done completely removing the tumour. Post-operative course was uneventful.•Diagnosis was confirmed by histopathological examination and immunohistochemistry.

3. Discussion {#sec0025}
=============

Intraosseous neurilemmoma is of infrequent occurrence and an uncommon lesion. The mandible is the most common site.[@bib0020] The incidence of the intraosseous neurilemmoma is less than 0.2% in primary bone tumours.[@bib0025] This tumour presents as a painless, slow growing mass, and it may develop at any age ranging from 2 to 72 years. The peak prevalence occurs in the 2nd and 3rd decades of life with female predilection, with a ratio of 2:1 over males.[@bib0020; @bib0030] 44 cases of jaw neurilemmoma have been described by Chi et al., of which 39 were found involving mandible and only 5 involved maxilla. In this report only one case was younger than 10 years of age.[@bib0020] Our first case was 9 years old at the time of surgery and she presented after six months from the onset of swelling.

As per the best of our research and going through the literature, our first case of a 9 year old girl is the first case in English literature presenting with two simultaneous neurilemmomas involving maxilla.

The tumour presents as an expansive growth pattern which may cause dislocation of teeth and may also involve the nerves.[@bib0035] There is no pathognomonic radiological feature for intraosseous neurilemmoma although it shows a well defined, unilocular radiolucency with a thin sclerotic border.[@bib0030]

Our first case shows a large multilocular radiolucencies with tumour invading the maxillary antrum and floor of the orbit ([Figs. 3 and 4](#fig0015 fig0020){ref-type="fig"}).There are three mechanism by which neurilemmomas may involve a bone1.A tumour may arise centrally within a bone.2.A tumour may arise within a nutrient canal.3.A soft tissue or periosteal tumour may cause secondary erosion and penetration into the bone.[@bib0040]

Most of these tumours are encapsulated and range in size from 9.5 cm and have a mean greatest diameter of 6.2 cm.[@bib0045] Both the tumour in our cases were larger than 6.5 cm.

Microscopically, spindle shaped cells in Antoni-A and Antoni-B arrangement interspersed with Verocay bodies are the characteristic features.[@bib0050] These tumour cells typically show a diffuse positive immunoreactivity for S-100 protein.[@bib0055] In both our cases these characteristics were present ([Fig. 5](#fig0025){ref-type="fig"}).

Neurilemmomas are resistant to radiotherapy[@bib0060] and as they are well encapsulated the treatment of choice is conservative surgical enucleation with periodic follow up.

4. Conclusion {#sec0030}
=============

Maxillary neurilemmomas are rarest of the rare tumour which should always be included in the differential diagnosis of painless mass arising in and around the oral cavity, and careful attention should be directed towards reaching the diagnosis. In our cases wide excision of the tumours was done and both showed no signs of recurrence one year after surgery.
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